SUMMARY We report a rare association of familial cerebellar ataxia (without dementia) and cerebrovascular amyloid. Postmortem neuropathological examination of one member of the family showed amyloid angiopathy of the central nervous system with heavy infiltration of capillaries in the hippocampus and cerebellum. 
SUMMARY We report a rare association of familial cerebellar ataxia (without dementia) and cerebrovascular amyloid. Postmortem neuropathological examination of one member of the family showed amyloid angiopathy of the central nervous system with heavy infiltration of capillaries in the hippocampus and cerebellum. Blocks were taken from many areas of the cerebral hemispheres, brain stem, cerebellum and spinal cord. In the cerebral hemispheres and leptomeninges, arteries 271 and arterioles were diffusely thickened by eosinophilic, acellular material with affinity for Congo red and showing yellow-green birefringence under polarised light thus fulfilling the criteria for amyloid.7 8In many areas the lumen was narrowed and in places amorphous deposits of amyloid extended for short distances into the surrounding brain parenchyma. Scanty deposits were present in the tunica media of some veins. Involvement of capillaries was virtually restricted to the hippocampal formation where amyloid infiltrated capillary walls, occasionally occluding the lumen, and radiating spicules of amyloid extended into the surrounding parenchyma. These deposits were not argyrophilic with either the Glees and Marsland or Palmgren method of silver impregnation. In addition, numerous neuritic (senile-type) plaques were present in the dentate fascia, hippocampal formation and subiculum but nowhere else in the cortex, and many hippocampal pyramidal cells contained neurofibrillary tangles or granulovacuolar inclusions. The presence of old infarcts in the white matter was confirmed. The basal ganglia and brain stem showed widespread arterial amyloid, capillaries being spared.
The cerebellum was extensively infiltrated by large deposits of amyloid, many of which were clearly related to capillaries (fig 1) . These deposits were numerous in the molecular and granule cell layers and a few were present in the white matter. Generalised arterial amyloid was present in the cerebellum and overlying leptomeninges. There was severe depletion of Purkinje cells and many "torpedoes" were noted on axons of those surviving (fig 2) . The granule cells were relatively well preserved. with cerebellar ataxia,9 10 vascular amyloid has not been present.
In the family described by Worster-Drought et al, dementia was a prominent feature. This may reflect the extensive white matter changes and, possibly, more severe hippocampal damage. The patient reported here remained lucid and alert until her death, and no other family members became demented. However, ataxia of gait and nystagmus were common to both families, with almost identical appearance and distribution of the cerebrovascular amyloid. Familial cerebellar ataxia, with or without dementia, appears, therefore, to be a further manifestation of cerebrovascular amyloid, which is associated with microvascular amyloid in the hippocampus and cerebellum. 
